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Subacute sclerosing panencephalitis (SSPE) is a type of 
neurodegenerative disease caused by the persistent infection 
of the brain by the aberrant measles virus.[1] The common 
presenting symptoms are progressive decline in cognition, 
changes in behavior, and focal or generalized seizures with 
myoclonus. It is usually seen in children and young adults 
occurring 7‑10 years after infection with measles virus.[2] Here 
we report a case of SSPE with acute onset movement disorder 
as the initial manifestation in a young female.

An 18‑year‑old female with a normal birth and developmental 
history, presented with the total duration of illness of 1 month 
with complaints of abnormal twisting movements of left 
upper limb followed by lower limb. Two weeks into the 
course of illness these twisting movements progressed to 
trunk and then involved the right upper and lower limb. She 
also developed slurring of speech, difficulty in swallowing, 
and needed the support of one person to walk at the time of 
presentation to our clinic. One week after the admission in 
the ward (5 weeks after onset of dystonia over the right side 
of body), she developed abnormal slow jerky movements 
of limbs, (which were proximal more than distal) trunk 
and neck. There was no history of cognitive decline and 
behavioral abnormalities. There was no history of measles. 
Immunization status was complete and family history was 
negative. There was no preceding history of any febrile 
illness, jaundice, trauma, drug intake, systemic involvement/
constitutional features, or any such illness in the past or 
childhood.

MMSE and other higher mental functions were normal. 
Cranial nerve examination including oculi fundi facial 
and lower cranial nerves revealed no abnormality. Motor 
examination revealed asymmetrical left > right, upper 
limb plus lower limb and truncal dystonia, with sparing 
of craniofacial region, asymmetrical left > right side 
limb plus axial rigidity and bradykinesia with myoclonic 
jerks which were proximal > distal involving upper 
limbs, trunk, and neck occurring intermittently. Deep 
tendon reflexes, sensory, and cerebellar examination were 
normal. Pseudobulbar features were not seen. Ocular 
examination was normal with visual acuity of 6/6 in both 
eyes. Fundoscopy was normal and KF rings were absent on 
slit‑lamp examination. Her CBC, liver and renal function 
tests, TSH, and MRI brain [Image 1] were normal. Serum 
copper, ceruloplasmin, and 24‑h urinary copper levels were 
within normal limits. Autoimmune studies were normal. 
Electroencephalography (EEG) [Image 2] showed periodic 
high‑amplitude generalized slow‑wave discharges. Her CSF 
measles IgG was elevated more than 250 times and serum 
measles IgG was elevated more than 125 times, based on 
which a diagnosis of SSPE was made. She was treated with 

intrathecal interferons, Isoprinosine, valproate, lorazepam, 
trihexyphenidyl, and levodopa.

dIscussIon

SSPE is a progressive neurological disorder of childhood 
and early adolescence. It is caused by the persistent defective 
measles virus.[3] The common presenting symptoms of SSPE 
are a progressive decline in cognition, changes in behavior, 
focal or generalized seizures with myoclonus. However 
atypical presentations like isolated psychiatric manifestations, 
uncontrolled seizures, movement disorders like dystonia, 
chorea, parkinsonism, and stroke‑like features have also 
uncommonly been described in the literature.[1] The underlying 
neuropathology includes extensive perivascular inflammation, 
demyelination, glial proliferation, and neuronal and glial 
intranuclear inclusions.[3]

Extrapyramidal features like parkinsonism, dystonia, chorea, 
and ballism have been described in 1.6% to 5.1% of patients 
with SSPE worldwide.[4] Several case reports were published 
in the literature highlighting the early onset of movement 
disorders in SSPE[5,6] An interesting case of PISA syndrome 
has also been reported in a child with SSPE.[7]

In our case, the patient presented with rapid onset dystonia 
and parkinsonism and later developed myoclonus. Common 
treatable causes of rapid‑onset dystonia parkinsonism include 
drug toxicities, metabolic abnormalities, Wilsons disease, and 
movement disorders associated with anti‑neuronal antibodies. 
Rapid‑onset dystonia‑parkinsonism (RDP) is a rare genetic 
disorder[8] characterized by the abrupt onset of dystonia and 
parkinsonism with a clear rostrocaudal gradient, and prominent 
bulbar findings little response to dopaminergic medications 
and is caused by mutations in the ATP1A3 gene.

Subacute Sclerosing Panencephalitis with An Atypical 
Presentation

Image 1: EEG of the patient with SSPE showing high amplitude generalized 
periodic epileptiform discharges occurring at intervals of 4‑5 seconds in 
longitudinal bipolar montage. MRI Brain
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After ruling out the possibilities of drug toxicity (from 
history and checking prescriptions), Wilson’s disease, 
autoimmune etiologies, and other metabolic conditions, 
the patient was evaluated with an EEG, which revealed the 
classical periodic discharges. The levels of IgG measles 
antibodies were very high in cerebrospinal fluid and serum 
samples, which was consistent with a diagnosis of SSPE. 
Thus based on a classical EEG and raised antimeasles 
antibody titer, a diagnosis of SSPE was made with this 
uncommon initial presentation.

In developing countries like India where measles is 
still prevalent, one should be aware that of the atypical 
presentations of SSPE and that it can masquerade as a 
dystonia Parkinsonism syndrome. Movement disorders, 
though uncommon, can be an important clinical feature 
of patients with SSPE and neurologists should keep a 
possibility of this devastating disorder in patients presenting 
with movement disorders, especially in developing and 
underdeveloped countries.
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Image 2: Axial MRI brain of the patient revealing normal findings

This is an open access journal, and articles are distributed under the terms of the Creative Commons 
Attribution‑NonCommercial‑ShareAlike 4.0 License, which allows others to remix, tweak, and build 
upon the work non‑commercially, as long as appropriate credit is given and the new creations are 
licensed under the identical terms.

DOI: 10.4103/aian.AIAN_791_20

Submitted: 22‑Jul‑2020 Revised: 02‑Aug‑2020 Accepted: 23‑Aug‑2020  
Published: 25‑Jan‑2021

Pemetrexed‑Induced Pseudotumor Cerebri Syndrome: A Rare 
Complication

Sir,
Intracranial hypertension results from intracranial mass lesions, 
cerebrovascular disorders, obstructed cerebrospinal fluid 
circulation, cerebral venous thrombosis, craniocerebral trauma, 
infections, and infiltrations.[1‑3] Intracranial hypertension 
without structural causes initially termed as pseudotumor 
cerebri syndrome (PTCS) and subsequently as idiopathic 
intracranial hypertension is an uncommon disorder associated 
with hematological, endocrine, and systemic disorders.[3] 
Drugs known to cause PTCS include tetracyclines, quinolones, 
indomethacin, vitamin A, hormonal preparations, lithium, 
cyclosporin, anticancer drugs, etc.[1,2,4] We present a woman 
who had PTCS associated with pemetrexed therapy which is 

a novel chemotherapeutic agent used for pleuropulmonary 
malignancies.

A 60‑year‑old woman presented with progressively increasing 
diffuse throbbing headache and asymmetric impairment of 
vision in both eyes for 3 months associated with nonprojectile 
vomiting for 2 months. She had no seizures, diplopia, 
imbalance, motor, sensory or cognitive symptoms.

One year ago, she had lumbar pain radiating to right lower 
limb without motor, sensory or sphincter impairment. Magnetic 
resonance imaging (MRI) revealed third lumbar vertebral 
fracture with heterogeneous gadolinium enhancement. 
Further evaluation revealed adenocarcinoma of right lung. 
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